Introduction {#sec1}
============

Hamartomas are benign malformations composed of the tissue elements that are normally found at the site of their growth and grow in a disorganized fashion. To date, several clinical and histologic presentations of eccrine hamartomas are reported in the literature.[@bib1], [@bib2], [@bib3] Cutaneous hamartomas that contain neural or fatty elements are rare, and few cases are reported in the literature.[@bib4], [@bib5], [@bib6] Herein, we report an unusual case of a congenital cutaneous solitary mixed hamartoma containing eccrine, neural, and lipomatous components.

Case report {#sec2}
===========

A 3-month-old girl presented with a solitary, skin-colored nodule on her left wrist ([Fig 1](#fig1){ref-type="fig"}). Her parents reported that the size of the lesion had remained the same since birth and that no increased sweat production had been noted in the affected area. There was no history of any genetic disorders or neural neoplasms in her family. Palpation of the nodule did not elicit any symptoms.

Histologically, the nodule comprised 3 compartments of eccrine, fatty, and neural components in the upper, middle, and lower portions, respectively ([Fig 2](#fig2){ref-type="fig"}, *A*). Numerous mature eccrine glands and ducts proliferated between the dermis and the fat tissue, some of which were focally embedded within the fat tissue ([Fig 2](#fig2){ref-type="fig"}, *B*). Lobules of mature fat cells occupied the middle portion of the nodule. A deeper portion of the lesion comprised clusters of spherical bodies that resembled Pacinian corpuscles ([Fig 2](#fig2){ref-type="fig"}, *C*). Each corpuscle was composed of a central homogenous, acellular, eosinophilic core that was surrounded by 13 to 25 pale-staining, concentric lamellae. The inner core and surrounding lamellae were immunopositive for S-100 protein, and the outer perineurial cells stained positive for epithelial membrane antigen. Neurofilament protein reactivity in the inner core showed the presence of axons. The lesion showed no interval changes during the 13-month follow-up period.

Discussion {#sec3}
==========

Many histologic variants of organoid nevi of the eccrine apparatus have been described, including angiomatous, pilar, lipomatous, and mucinous variants.[@bib5] The presence of these different structures proves their hamartomatous nature, which may be caused by abnormal mesenchymal-epithelial induction during the embryonic period.[@bib5] The principal difference between our case and the previously described variants of eccrine hamartomatous lesions was the presence of spherical bodies that resembled Pacinian corpuscles. These structures can be seen in Pacinian neurofibromas and Pacinian corpuscle hyperplasia. Pacinian neurofibroma is a rare acral perineurioma that shows a Pacinian configuration in which cells and fibers are concentrically layered, but they do not form true Pacinian corpuscles. The onion bulb formation is noncapsulated, often poorly or incompletely differentiated, and devoid of a central nerve fiber.[@bib7] Pacinian corpuscle-like structures are often embedded in the myxoid stroma, which stains positively with alcian blue.[@bib7] In our case, however, the structures within the lower compartment of the nodule were composed of encapsulated corpuscles with eosinophilic central cores surrounded by 13 to 25 concentric lamellae of attenuated cells. The inner core and surrounding lamellae were immunopositive for S-100 protein, and the outer perineurial cells stained positive for epithelial membrane antigen. Neurofilament protein reactivity highlighted the presence of axons. The presence of aggregates of small nerves was observed adjacent to the corpuscles. We consider that these features support our interpretation that this lesion contained hyperplastic Pacinian corpuscles.

Both eccrine glands and Pacinian corpuscles originate from neuroectodermal cells. During development, genetic factors or localized molecular factors can stimulate the proliferation and differentiation of specific neuroectodermal cells.[@bib8]

Lipomatous hamartomas, including lipofibromatous hamartomas and nevus lipomatosus superficialis (NLS), can be considered for the middle portion of the lesion. Indeed, lipofibromatous hamartomas are commonly associated with neural components.[@bib9] Some cases of NLS associated with epithelial components, for example, hypertrophic pilosebaceous units and folliculosebaceous units, have been reported.[@bib6] Lipofibromatous hamartoma is a rare tumorlike overgrowth of fibroadipose tissue that surrounds nerves and, most commonly, the median nerve.[@bib9] Histologically, perineural and endoneural fibrosis cause thickening of the nerve fascicles.[@bib9] The interfascicular connective tissue is infiltrated by mature fat cells.[@bib9] Unlike in lipofibromatous hamartoma, our case did not show any fibrous tissue proliferation. NLS is an uncommon cutaneous hamartoma that, histologically, comprises groups of mature fat cells located among the bundles of dermal collagen.[@bib6] The current case can be differentiated from NLS because the fat cells were separated from the dermal collagen.

This case represented a very distinctive cutaneous hamartoma that comprised eccrine glands, fat tissue, and Pacinian corpuscles.
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![A firm solitary nodule protruding from the volar side of the patient\'s left wrist.](gr1){#fig1}

![**A**, The nodule comprised 3 compartments of eccrine, fatty, and neural components in the upper, middle, and lower portions, respectively. **B**, The nodule contained a higher number of normal eccrine sweat glands and ducts **C**, Clusters of Pacinian corpuscles. (**A-C**, Hematoxylin-eosin stain; original magnifications: **A**, ×40; **B** and **C**, ×100).](gr2){#fig2}
